A man of 28 reported right iliac fossa pain for the past week, worsening progressively in the previous 24 hours. In earlier life he had had a hypospadias repair and a left orchidopexy. Clinically the signs indicated acute appendicitis but at operation the appendix was normal; present, however, was a normally formed uterus with a vaginal remnant and a right fallopian tube which was tense and filled with pus, (no left ovary was seen). Appendicectomy and a right salpingectomy were performed and histology confirmed pyosalpinx; no ovarian tissue was identified. Subsequent pelvic MRI showed a uterus with thin myometrium and a larger than normal endometrium but no prostatic or ovarian tissue.
The patient later developed a left inguinal hernia and underwent exploration of his left groin. An adherent mass just above the testis was excised and histology confirmed it to be the inflamed left fallopian tube. Testicular biopsy showed a varying degree of spermatogenesis but no spermatozoa. No ovarian tissue was seen and the right gonad was never found. The patient's karyotype was XY. In view of the possibility of developing uterine cancer he underwent a hysterectomy.
COMMENT
In true hermaphroditism the appearance of the external genitalia depends on which type of gonad is dominantfrom male to female with many intermediate variations. In the true hermaphrodite, testes have a suppressive effect on the mullerian structures, whereas ovotestis can behave as testis or an ovary. The factor responsible for testicular descent is unlikely to be androgens from the testis; this is illustrated by the congenital adrenal hyperplasia, attributable to 21-hydroxylase deficiency, that occurs in genotypic females.
Embryological development of the genitourinary system is complex. In a normal male child, mullerian structures have regressed and the Wolfian structures (vas deferens, epididymis, seminal vesicles) have developed under the influence of testosterone from the Leydig cells in the fetal testis. Regression of the mullerian structures is caused by mullerian inhibitory substance (MIS), produced by the Sertoli cells at about 6-8 weeks of fetal life. 2 It acts on the target tissues by local diffusion and not by endocrine effect. 3 The importance of this fact is that it primarily inhibits the mullerian structures from developing on the same side, so a normal testis will prevent the mullerian structures developing on the same side; however, a poorly functioning dysgenetic testis will only partly prevent the same structures developing, permitting some tubal or uterine development. We believe that the patient reported here represents a late manifestation of mullerian duct syndrome, in which there is an abnormality of MIS production in otherwise normal testis.
